When aged 22 she noticed lumps on the calves and arms, exacerbated by the cold, and complained that drinking cold water produced swelling of the lips and buccal mucosa. Further extensive investigation showed no abnormalities, except that the euglobulin lysis time was abnormally prolonged. Skin biopsy revealed a focal acute dermal vasculitis with pronounced neutrophil exudate and a small degree of leucocytoclasis ( Figure 1 ). She continued to have extensive skin lesions ( Figure 2) intense pruritis, and an arthritis which was at times disabling. Many forms of treatment were tried without success; these included antihistamines, salicyclates, non-steroidal anti-inflammatory agents, steroids and azathioprine.
She was referred to Hammersmith Hospital when aged 33. Clinical abnormalities were confined to the skin and joints. There was no evidence of systemic disease. Serum immunoglobulins, including IgE, were normal. The serum contained a small amount (150llg/ml) of an IgM-containing cryoglobulin. Serum complement components, measured during an exacerbation were: CH 50, 21 (normal range 50-125); C3, 18 (60-135); C4, 12 (50-120); C2, 18 (40-100) (expressed as percentage of normal human serum). Using the Cl q binding assay, immune complexes were found to be present.
Plasma exchange was performed as previously described (Pinching 1978) using plasma protein fraction. Following two exchanges there was prompt symptomatic improvement and a marked reduction in the size and number of skin lesions. The symptoms gradually relapsed three to five weeks later.
Serial estimations of serum complement components and immune complexes are shown in Figure 3 . Splenic function was assessed by determining the half-life of 9 9Tc labelled autologous heat-damaged red cells and of 51Cr IgG-coated red cells (Lockwood et al. 1979) . Following plasma exchange, splenic blockade was reversed and this observation ( Figure 4 ) was confirmed on a number of subsequent occasions.
The interval between exchanges could be extended by the concurrent administration of either mepacrine or dapsone. Unfortunately both drugs had to be withdrawn, the former During relapse there was a significant delay, but two days following plasma exchange T/2 was within normal range (stippled) and remained so when re-tested seven days later
,fI, o 1977 9.8 7.9 6.12 Weeks Figure 3 . Effect of intermittent plasma exchange on sequential measurements of complement components and immune complexes. On two of the three occasions there was a clear relationship between plasma exchange normalization of serum complement and disappearance of complexes, and this coincided with clinical improvement because of severe pigmentation and the latter on the development of methaemoglobinaemia. The patient continues to require plasma exchange at approximately monthly intervals and takes antihistamines, analgesics, and fenoprofen as required.
Discussion
This patient demonstrates many of the features ofleucocytoclastic vasculitis which have been described previously. The pleomorphism of the skin lesions is well recognized (Winkelmann & Ditto 1964) , as is urticaria as the only manifestation of vasculitis (Soter et al. 1974b) . Systemic involvement may also occur with joint disease, and renal impairment is recognized most frequently (Winkelmann & Ditto 1964 , McCombs 1965 .
There is now a body of evidence which suggests that at least some cases of LCV are caused by immune complex deposition (Callen et al. 1978) . In his immunopathological classification, Cream (1976) considered that hypocomplementaemia indicated a recognizable sub-group of immune complex mediated vasculitis, and others (Soter et al. 1974a , McDuffie 1970 have described patients similar to ours in which exacerbation of the skin lesions and arthralgia were regularly associated with hypocomplementaemia.
In contrast, the demonstration that immune complexes are of pathogenetic significance has proved more difficult. The best evidence has come from immunofluorescence studies of skin biopsies, which show complement and immunoglobulins deposited in a manner very suggestive of immune complex mediated disease (Cream et al. 1971 , Braverman & Yen 1975 , Gower et al. 1977 . Surprisingly, there are only occasional reports of immune complexes being found in the circulation (Soter et al. 1974b , Asghar et al. 1975 , Verrier Jones et al. 1976a .
In the present patient, circulating immune complexes were detected during relapse in two ways. The Cl , binding assay was often positive during exacerbations but became negative in remission. An alternative approach was to look at the reticuloendothelial system (RES) which plays a major role in clearing immune complexes from the circulation. Splenic function can be assessed by measuring the half-time for disappearance of altered autologous red cells (Lockwood et al. 1979 ) and in some patients there is an approximate inverse correlation between splenic function and the level of Cl , binding material. Measurements in this patient showed a significant delay in clearance during relapse.
The failure to control this patient's symptoms on conventional therapy, and the considerable body of evidence in favour of an immune complex mediated mechanism, provided the basis for the trial of plasma exchange. This technique has already been successfully applied to a number of immune complex diseases (Pinching 1978), but surprisingly we have been able to find only indirect reference to its use in this situation (Verrier Jones et al. I976a) .
In this patient, plasma exchange was followed by considerable symptomatic benefit, normalization ofserum complement, disappearance ofC I q binding material and improvement of splenic function. It has been suggested (Verrier Jones et al. 1976b ) that high levels of immune complexes might cause blockade of the RES, and that a temporary reduction in the level of complexes (as is produced by plasma exchange, for example) might 'unblock' the system and allow it to clear rapidly the remaining complexes. In this patient reversal of splenic blockade was followed by a prolonged period during which immune complexes were not detectable and splenic function was normal.
Although it appears to be of value in cases such as this, plasma exchange is expensive and needs repeating at regular intervals; its use should be restricted to patients with disabling symptoms who have failed to respond to conventional therapy.
Cream J J (1976) Massive ascites due to chronic pancreatitis is rare but well described. A case is reported in which these occurred in a youngman, with an associated hypercoagulablestate which resulted in a fatal pulmonary embolus.
Case report
A 23-year-old male bus driver presented with a right axillary vein thrombosis with no history of trauma or unusual effort. He gave a history of a recent weight loss of 7 kg, associated with several episodes of upper abdominal pain and vomiting, the most recent of which had been treated with oral cimetidine. Two weeks before the axillary thrombosis he had a minor haemoptysis, for which he was given oral ampicillin. The patient was an ex-smoker and consumed three pints of lager daily.
Apart from the axillary thrombosis, general examination was normal. Blood picture and liver function tests were normal, but a chest radiograph revealed a small opacity at the left lung base. Radioisotope lung scan showed bilateral symmetrical defects at each lung base, suggestive of infarction.
He was treated by elevation of the arm and anticoagulation with a continuous intravenous infusion of heparin. The arm swelling rapidly settled and no further symptoms developed, so after ten days of heparin he was discharged on no anticoagulant therapy to return as an outpatient for coagulation and platelet studies. However, when examined two weeks later he complained of a recurrence of his abdominal pain, abdominal swelling and the passage of loose pale stools. He was found on examination to have gross ascites. Provisional diagnoses were intra-abdominal malignancy or hepatic vein thrombosis.
Coagulation studies revealed a shortened kaolin cephalin clotting time (KCCT) (36seconds, control 42),and platelet aggregometryshowed spontaneous platelet aggregation. Prothrombin and thrombin times were normal. Fibrin degradation products were slightly elevated at 32 mgjl (normal <8 mg/l, Thrombo Wellcotest), but there was no decrease in fibrinogen (4.07gil, normal 2-4 gil, clot weight method), The patient was given subcutaneous heparin 5000 units eight-hourly, and oral aspirin 300 mg daily, which brought the KCCT into the normal range and abolished both spontaneous and secondary platelet aggregation.
